We describe a child with a primary defect of polymorph bacterial killing associated with systemic lupus erythematosus. We suggest that her autoimmune disease results from chronic bacterial antigen stimulation and propose a hypothetical model linking immunodeficiency with autoimmunity.
The clearance of antigens from the circulation is a function of the antibody, complement, and phagocyte pathways. Defective antigen clearance is thought to underlie the development of immune complex disease and, indeed, there are many associations between primary deficiencies of these immunity functions and presumed immune complex diseases. These include selective IgA deficiency and juvenile chronic polyarthritis,l homozygous C2 deficiency, and such diseases as systemic lupus erythematosus (SLE) and Henoch-Schonlein purpura,2 as well as a similar predisposition with the much rarer complement deficiencies of Clr, Cls, and C4.3 No primary abnormalities of macrophage function have been described, but the mothers of children with chronic granulomatous disease (CGD), an X-linked recessive condition in which there is a deficiency of polymorph bactericidal activity, have an increased prevalence of discoid lupus. 4 We describe a girl with many features of SLE, in whom we found a primary defect of bacterial killing by her polymorphs.
Case history An 8-year-old girl presented with a history of a photosensitive skin rash affecting the malar area of her face since 2 years of age. During the preceding 2 years she had also had persistent lumps like 'chilblains' on the toes and heels of both feet, and on both index fingers. She also complained of frequent small skin lesions on her face and limbs. These started as raised red lumps which invariably broke down and became infected with staphylococci. There was minor scarring upon healing. She Fig. 1 . The normal range (mean 31 *2 ± 16-7 % 2 SD) of 10 healthy control subjects is given. In the father and sister, and in the 2 patients with SLE tested, results were high or normal, but in the mother the result was in the low to normal range. The patient on three separate occasions gave results that were similar to those obtained in CGD carriers. CGD patients did not show any NBT-positive cells.
Bactericidal index. These are shown in Fig. 2 
